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#1

Clinicopathological profile of patients with gCJD-V180L

Case No. 1 2 3 4 5 G g
sex F F E F M F M
Age at disease onset (y.0.) 79 79 79 B6 85 B4 77
Duration to death (months) 22 54 25 24 16 44 20
Family history - - - - - - -
apo E E3/E3 E3/E3 E2[E3 E3/E3 E3/E3 E4/E4 E3/E3
Codon 129 MM MM MM MM MV MM MM
Codon 219 EE EE EE EE EE EE EE
Frontal neocortex

sC 3 3 3 2-3 3 3. 3
Gl 3 3 3 3 3 3 3
NR 2-3 3 3-2 2-3 3 3 3
NL 3 3 3 3 3 3 3
rs V- A" vV V-Vl V-V A" v
3F4 1 1 1 2 1 2 b
Occipital neocortex

SC 3 2-3 3 3 2-3 3 3
Gl 3 3 3 3 3 3 3
NR 3 2-3 3-2 3 2-3 3 3
NL 2 2 3 3 3 3 3
Ps V-l V-V A V-Vl H-v \Y% v
3K 0 1 1 2 1 2 1
Hippocampus

sC 1 2-3 1 2 2 2 =
Gl 1 1 1 1 1 1 0
NR 0 2 0 1 1 1 0
NL 0 2 1 0 1 0 0
CcPs I 1 | Il 1} Il I
3F4 2 3 3 2 3 3 Z

M: male, F: female, PSWCs:positive sharp wave complexes, CSF: cerebrospinal fluid, MM: methionine homozygous, MV: methionine-valine heterozygous, EE: glutamic acid
homozygous, NA: not applicable.

SC, spongiform change; Gl, gliosis; NR, neuropil rarefaction; NL, neuron loss; CPS, cortical pathologic staging.

Semiquantitative evaluation method for each pathologic finding.

Spongiform change: no vacuolation (0)/fine small vacuolation with clear boundary (1)/numerous vacuolations with slightly unclear boundary (2)/unclear vacuolation due to
surrounding tissue rarefaction (3).

Gliosis: no gliosis (0)/mild gliosis without hypertrophic astrocytosis (1)/moderate gliosis with hypertrophic astrocytosis (2)/severe gliosis (3).

Neuropil rarefaction: no neuropil rarefaction (0)/slight neuropil rarefaction (1)/moderate neuropil rarefaction (2)/severe neuropil rarefaction (3).

Meuron loss: no neuron loss (0)/mild neuron loss (1)/moderate neuron loss (2 )fsevere neuron loss (3).

Cortical pathologic staging was evaluated according to Iwasaki et al27.

Immunoreactivity (IR) of PrP (3F4), AB40, AB42, tau (AT8): no IR (0), few isolated IR (1), mild to moderate IR (2), large amount of IR (3).
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